Bardet-Biedl syndrome is a multisystemic developmental disorder diagnosed on the basis of the presence of obesity, retinal defects, polydactyly, hypogonadism, renal dysfunction, and learning disabilities. Renal disease is clinically heterogeneous, but is recognized as a cardinal feature and is a major cause of mortality in BBS. We here presented a three-year-old girl with renal stone and Bardet-Biedl syndrome.
INTRODUCTION

Bardet
The urinalysis showed the following: pH In BBS, nephrolithiasis is quite rare, and have been reported two cases in literature so far. In one of these cases, renal stone occurred after four years from renal transplantation [8] . In the 22-year-old other case, renal stone consisted of in kidney with infundibular stenosis [9] . However, there was not any renal disease except stone in our patient.
BBS is genetically heterogeneous with 14 genes (BBS1-BBS14). BBS genes encode proteins localized to the primary cilia, basal body, or centrosome [10] . Evidences of a growing number of suggest that BBS proteins are important for cilia function [11] .
Cilia defects alter various physiological functions and thus lead to several disorders including cysts, retinal degeneration, liver fibrosis, anosmia, ataxia, cardiac defects, and hydrocephalus [12] . Also, defects in renal cilia are thought to be the major cause of renal abnormalities [13] . However, the coexistence of ciliopathy with nephrolithiasis without another renal defect has not shown in this syndrome so far.
Besides, it was not observed findings of renal tubular disorder, which may cause renal stone in our patient (Table 1) . 
